We describe two sisters who have bilateral Coats reaction of the retina, intracranial calcifica tion, sparse hair and dysplastic nails. The younger sibling has in addition distinct retinal angiomas in one eye. This combination of clinical findings has not been reported previously and is probably due to an autosomal recessive gene defect. Laser photocoagulation and cryotherapy has preserved good function in one eye of each child. 
. The sisters reported at ages 5 years 4 months and 3 years 2 months. Note the sparse, wispy hair. The elder sister (case I) wears a left ocular prosthesis. The younger sister (case 2) has a divergent right eye with a fixed dilated pupil.
cal investigations resulted in the diagnosis of bilat eral Coats' disease. The left eye showed advanced disease with severe secondary glaucoma and was enucleated. Abnormal vessels in the right eye were treated with argon laser using the theatre operating microscope. The ocular abnormalities, which we described in detail previously,S com prised an exudative vasculopathy of the retina with ultrastructural evidence of inter-endothelial cell separation and formation of retinal capillary endothelial fenestrations.
Re-assessment of the proband was undertaken after her younger sister presented to the paediatric neurology service with seizures. At age 4 years she was a slightly built child whose height and head circumference (OFC) were on the 25th percentile.
Additional findings were sparse hair, relative mid face hypoplasia, a dysplastic left index finger nail and slight cutaneous webbing between the second and third digits (Fig 1 and 2) . Sweating was normal when stimulated by warmth. The primary denti tion appeared normal. A skull X-ray was normal but a cranial CT scan showed calcification in the region of the putamen extending anteriorly into the internal capsule (Fig 3) . 
Case 2
The probands sister was also born by elective caesarian section at 35 weeks gestation for intrauterine growth retardation. Birth weight was 2.1 kg (10th percentile) and no abnormalities were noted. Oxygen therapy was not required. At age 7 months she had a generalised seizure associated The more seriously affected right eye showed extensive retinal telangectasia a peripheral zone of avascular retina and a total retinal detachment with creamy yellow subretinal exudates (Fig 4) .
The left eye showed retinal telangectasia with a peripheral avascular zone and a limited exudative detachment with a macular star (Fig 5a) . In addi tion, in the left temporal and infero-temporal mid periphery there were five distinct angiomas (Fig   5b) which on fluorescein angiography filled in the early arterial phase (Fig 6a) and fluoresced bril-}'ig.5. Case 2: left eye (A) macular star, (B) Infero temporal arcade with a group of distinct angiomas in the retinal vasculature. tion of the exudate and the acuity was recorded as 6/9 by Kay pictures at age 3.25 years.
When examined at age 3 years development was appropriate for age, height and OFC were on the 25th percentile, she had similar sparse, hypopig mented hair to her sister (Fig 1) and dysplastic, deep set nails on both feet (Fig 8) . Her primary dentition was normal.
Other investigations included a skull X-ray demonstrating feathery intracranial calcification and a CT scan which revealed extensive areas of calcification in the cerebrum and cerebellum which did not enhance with contrast (Fig 7) . At age 3.5 years a cerebellar ataxia with inten tion tremour affecting the left arm became evi dent.
Ophthalmological examination of both parents revealed no abnormalities. it was noted that both had an OFC near the 75th percentile whereas their affected daughters OFCs were on the 25th percen tile. CT scan demonstrating calcification which was present in the cerebrum and cerebellum. 
